When chronic lymphocytic leukemia (CLL) transforms into lymphoma, it is known as Richter's phenomenon or syndrome. In this article, we present a 73-year-old woman with CLL who was admitted for treatment of severe abdominal pain and free air. She had multifocal lymphoma and perforation of the jejunum.
INTRODUCTION
Richter's syndrome is the development of or transformation to lymphoma in a patient with chronic lymphocytic leukemia. This is not a rare phenomenon, as it is reported to occur in 3-5% of patients with CLL. When it does occur, the patient generally develops a diffuse large B-cell lymphoma. Patients who develop a Richter's transformation usually develop lymphadenopathy, splenomegaly and hepatomegaly. They often have weight loss and fevers. It is quite rare for patients with a Richter's transformation to have gastrointestinal involvement with their lymphoma. Herein we report such a patient and summarize another 21 patients whose lymphoma involved the gastrointestinal tract.
CASE REPORT
A 73-year-old woman was treated for severe abdominal pain of three days duration. Physical examination revealed that she had findings of an acute abdomen. Her past history included the fact that she had chronic lymphocytic leukemia for which she had not received treatment during the previous fourteen years. CT scan showed three findings. First, she had free air. Second, she had several loops of thickened small intestine. Third, she had extensive mesenteric and retroperitoneal lymphadenopathy. Based on these findings, she was suspected of having lymphoma of the small bowel with perforation. At laparotomy, she had resection of three segments of jejunum involved with tumor. Two different segments were perforated ( Figure 1 ). Three days after her operation she was transferred to a nearby hospital where her aggressive lymphoma was treated. Pathologic examination showed that she had a diffuse, large B-cell lymphoma. A small focus of low-grade CLL was found remotely in a segment of resected bowel. Numerous immunohistochemical stains confirmed that the patient had both CLL and the Richter transformation. 
DISCUSSION
The transformation of chronic lymphocytic leukemia (CLL) into a diffuse large-cell lymphoma is known as Richter's syndrome. It is thought to occur in less than five percent of patients with CLL. When reviewed by Parents in 2001, only 16 patients were known to have Richter's lymphoma of the gastrointestinal tract. (1) Originally described in 1928, Richter described a patient whom he thought had longstanding CLL who then developed a rapidly growing malignant tumor that also arose from the lymphatic system. (2) Autopsy findings in his patient included involvement of the ileum by the more malignant pattern of cells. The transformation of chronic lymphocytic leukemia into a more aggressive lymphoma is now known as Richter's syndrome. This transformation is thought to occur in only 3-5% of patients with CLL. (1) When Richter's transformation to lymphoma does occur, it involves the gastrointestinal tract only rarely. Table 1 summarizes 21 additional patients with Richter's involvement of the gastrointestinal tract that we are aware of. (1-13) Eleven patients had involvement of the stomach. Seven patients had involvement of the small intestine. Four patients had involvement of the colon or rectum. Twice, the site of involvement was described only as gastrointestinal. Three patients presented with perforation, two in the small bowel and one in the stomach. Other presentations included bleeding, pain and obstruction. The patients ranged in age from 46-83 years. Thirteen were men and eight were women. The time from diagnosis of leukemia to transformation ranged from simultaneous to 14 years. At the time of diagnosis of high-grade lymphoma, white blood count ranged from 7,800 to 200,000, and the percentage of lymphocytes was usually more than 60%.
The descriptions of surgical management in the cases reviewed were brief. Some were discovered at autopsy. Some were only biopsied and others had partial resection. Resection was mentioned in several of the gastric lymphomas and one rectal tumor. In our own patient, three small-bowel resections were done, but the patient had obvious mesenteric and retroperitoneal disease, which was not removed. The primary care of these patients should be with chemotherapeutic agents. Our own patient was transferred to the care of her hematologist, who had cared for her CLL, three days after her operation.
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